A CASE OF PROGRESSIVE MUSCULAR ATROPHY AND 
TABES WITH AUTOPSY.* 

By Joseph Collins, M.D. 

Abstract. 

A man forty-seven years old, 'who denied syphilis and in¬ 
temperance, noticed in 1892 a weakness and feeling of un- 
wieldiness in the left hand. A few months before he had had 
a fall from a horse, striking the back of the neck, and he had 
also what seemed to be an infectious sore throat. 
After the weakness of the left hand he developed a fairly ty¬ 
pical progressive muscular atrophy of spinal origin, the atro¬ 
phy being so pronounced in both upper extremities that he 
could scarcely hold a pencil. The lower extremities became 
affected simultaneously, the atrophy there being most pro¬ 
nounced in the hips and in the peroneal muscles. From the 
beginning there was incompetency of the bladder, bowels and 
sexual function. Aside ft,om this there were two very dis¬ 
tressing symptoms: formication of the legs and thighs, oc¬ 
casionally of other parts of the body, and involuntary draw¬ 
ing up of the legs at night while in bed. 

Examination showed, (1) the atrophy already spoken of; 
( 2 ) pin-point pupils which did not respond to light and sha¬ 
dow; (3) absent knee-jerks and ankle-jerks; (4) slight in¬ 
crease of myotatic irritability to mechanical stimuli in the up¬ 
per extremities; (5) absence of objective sensory disturbance 
and of tenderness on deep-seated pressure; (6) diminution of 
galvanic irritability in the atrophied muscles, but no reaction 
or degeneration. The course of the disease was steadily pro¬ 
gressive ; the duration being about eight years. The phenom¬ 
ena immediately preceding death were bulbar. 

A summary of the pathological changes is as follows: (1) 
degeneration of the posterior columns, most pronounced in 
the columns of Goll and in the ventral field of the column of 
Burdach, extending from the lumbar cord to the nuclei in the 
medulla oblongata; an ascending degeneration. (2) Degen¬ 
eration of the crossed pyramidal tracts, most marked in the 
lumbar cord, least evident in the dorsal, relatively slight in 
the cervical, but easily detected in the oblongata. The un- 
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crossed pyramidal tracts were not affected. (3) Compara¬ 
tively slight changes in the ventral gray matter. The contour 
is normal. The cells though few in number do not show any 
inherent alteration of structure, nor is there evident disease 
of any constituent of the ventral cornua. (4) Relative preser¬ 
vation of the cells of the posterior ganglia. Many of the pos¬ 
terior ganglion root fibers are degenerated. (5) Profound 
pathological alteration of the voluntary muscles, parenchy¬ 
matous and interstitial degeneration. (6) Interstitial degen¬ 
eration of all of the nerves examined, the musculo-spiral, ul¬ 
nar, popliteal, sciatic, etc. From one-fifth to one-third of all 
the nerve fibers are in a state of extreme degeneration. 

DISCUSSION. 

Dr. P. C. Knapp, in the discussion on this paper, pre¬ 
sented two cases of muscular atrophy. He said the first pa¬ 
tient’s face might be familiar to many of the gentlemen pres¬ 
ent, as the case with his picture, was reported two or three 
years ago in Brain, by Whiting. The patient came to the hos¬ 
pital in 1895 with the first symptoms of his trouble. He was 
a tailor and at that time he began to have atrophy of the mus¬ 
cle of the thumb and forefinger of the right hand. About the 
same time he began to have very severe lancinating pains 
chiefly in the arms. He has continued to have pains of great¬ 
er or less severity. The pupils are unequal, do not react to 
light, but do react to accommodation. He has had a small 
strip of analgesia about the left chest, and in upper part 
of the shoulder at different times. The atrophy has progressed 
very steadily. Within the last six months the atrophy has 
gone down so that the right lower leg is pretty thoroughly 
wasted. The muscles show the ordinary degenerative reac¬ 
tions, but the condition of the pupils, the typical tabetic cui¬ 
rass of anesthesia and analgesia, the complete absence of 
knee-jerk before there was any wasting in the legs, and the 
very intense lancinating pains show that there is undoubtedly 
co-exisfmg tabes. The gait was not particularly ataxic. 

In connection with these cases Dr. Knapp showed two 
other patients. They had no relation to the paper under dis¬ 
cussion, but he was told that the secretary was to read a pa¬ 
per on muscular dystrophy and so he offered to show them. 

The older brother was fourteen. The disease had been 
manifest some four years with the degree of wasting now 
present. He could extend the legs a little, but he was wholly 
unable to stand. The calves were still of fairly good size, but 
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not very large. The younger brother was a perfectly typical 
case of pseudo-hypertrophy. The enlargement of his infra- 
spinati, as well as the calves, was very marked. 

The younger brother was twelve and has had the disease 
about a year. The progress had been fairly rapid. Dr. 
Knapp thought, however, there had been some v^ague symp¬ 
toms two or three years. The older boy had a typical myo¬ 
pathic facies, although there was no real paralysis of any of 
the facial muscles. 

Dr. C. K. Mills presented notes of a case, a part of the 
discussion of Dr. Collins’ excellent paper. He said that Dr. 
Collins’ paper was one of the most important contributions 
to this subject we have ever had. He was especially interest¬ 
ed in what he understood to be the relative findings as re¬ 
gards the ventral horns and the peripheral nerves, and it was 
in connection with this he believed that the presentation of 
his case would be appropriate. The case he believed to be 
almost unique. He did not care to enter into any discussion 
of the subject of pseudo-tabes, reserving what little he had to 
say about that for his paper, except to say that we recognize 
the use of this term as having application to a variety of con¬ 
ditions. 

The case under consideration was a man about seventy- 
five years old. Twelve years before his death he first suffered 
from weakness in one lower extremity and from pain in his 
back, six years before his death weakness in both lower ex¬ 
tremities and more pain, and he also developed a few other 
sensory symptoms. He began to have at very rare intervals 
lancinating pains. Then he remained some time in the wards 
of the Philadelphia Hospital, where he was examined by Dr. 
Mills and also by one or two of his colleagues, and he had 
records in the paper of three examinations. These were 
made two in 1898 and one immediately before the patient’s 
death in 1899. These practically gave the same results with 
the exception of course that he had prelethal symptoms at 
the last examination. The symptoms were as follows: the 
man had marked ataxia both of the lower and of the upper 
extremities. He had slight spasticity especially at the last 
examination. He had exaggerated knee-jerks, but no ankle- 
clonus and no other phenomena of this kind except that he 
had the jaw-jerk and also the exaggerated biceps-jerk; no 
loss of temperature sense except that on the dorsal aspects of 
his feet he usually made mistakes as regards the difference 
between heat and cold. He had then occasional tabetic pains. 
The left eye was normal as regards response to light, conver- 
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gence and accommodation; in the other eye the response 
was almost entirely lost to light and to accommodation. 
There was scarcely any atrophy that was noted in the history 
of the case. These in effect were the important phenomena 
of the case. A careful post-mortem examination was made. 
The cord and ro<r':s were removed and also specimens from 
the sciatic and popliteal nerves, and from the terminal branch¬ 
es of the posterior tibial and other nerves, also specimens of 
muscle. These were submitted to Dr. Spiller for examination 
and he carefully examined the cord and the nerve roots and 
the muscle submitted to him. The result in brief was this: 
There was no lesion of the spinal roots or cord at all except 
a slight change in the cell-bodies of the ventral horns. The 
distal portions of the peripheral nerves examined, however, 
showed marked degeneration, as in Dr. Collins’ case. The 
muscle fibers were also degenerated but not to so marked a 
degree. 

Clinically this case had so much the aspect of a case of 
combined sclerosis or ataxic paraplegia of a spinal type with 
the exaggerated knee-jerks and the other points here pre¬ 
sented, that Dr. Mills had been inclined to this diagnosis. 

With regard to Dr. Collins’ paper Dr. Mills said that he 
had seen at least one case similar in nearly all of its features 
to his. Such cases are rare, as are also those of the type he 
himself had recorded. 

Dr. G. W. Jacoby said that Dr. Collins was kind enough 
to call his attention to the fact that he had seen this patient 
some years ago, and he had looked up his history and found 
it corresponded in every detail with the history that Dr. Col¬ 
lins had given, except that Dr. Collins’ history was very much 
more complete than his own, his being the result of a single 
examination. The remarkable thing about the case and the 
value of it was that the clinical diagnosis was so absolutely at 
variance with the pathological findings. The clinical diagno¬ 
sis Dr. Collins made and the clinical diagnosis Dr. Jacoby 
made was the diagnosis given in the program, "A case of 
tabes with progressive muscular atrophy.” If we leave aside 
for one moment the question of tabes, of which Dr. Jacoby 
thought there was very little doubt, we have here the report 
of a case of multiple neuritis and not of progressive muscu¬ 
lar atrophy. How is it that two presumably careful observers 
should have made a diagnosis here of progressive muscular 
atrophy when we have pathologically certainly no progres¬ 
sive atrophy, but a multiple neuritis ? He did not know. It 
was certainly a mistake and one which appeared all the more 
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strange as in Dr. Jacoby’s notes the statement was made that 
there existed “no reaction of degeneration.” He did not 
know the details of his electrical examination at that time, 
but that was the summary of the result. Is our reaction of 
degeneration as such of no diagnostic value in the recogni¬ 
tion of multiple neuritis? We certainly believe it is, and yet 
Dr. Jacoby thought the time may have come when we must 
make a difference between degenerative processes, chronic 
degenerative progressive neuritis and acute neuritis so far as 
the influence of this process upon any reaction of degenera¬ 
tion, that is to say, that we may get different results in these 
different conditions. 

The case was unusually instructive to Dr. Jacoby, and this 
marked discrepancy between the clinical and the pathologi¬ 
cal diagnosis is one which he did not understand. 

Dr. Dana said that in listening to the history of Dr. Col¬ 
lins’ case he was struck, as he thought all had been, with the 
fact that it was an almost classical picture of the history of a 
case of progressive muscular atrophy, but superimposed up¬ 
on this were few symptoms of locomotor ataxia. He would, 
therefore, from the clinical point of view, put this patient 
down as a case of progressive muscular atrophy associated 
with tabes. In his experience he had not met with locomotor 
ataxia plus progressive muscular atrophy, but progressive 
muscular atrophy on which apparently a tabes has been su¬ 
perimposed does occur. It seemed to him that the explana¬ 
tion was that persons with progressive muscular atrophy 
sometimes acquire syphilis, and as a result of this accident 
tabes develops; and he did not believe that there is any real 
kinship between the diseases. Now, when Dr. Collins came 
with his pathological report, of course he upset the whole 
scheme, and we have to take two choices : either he has found 
a form of progressive muscular atrophy due to a neuritis, 
or we must explain this as being some aberrant form of the 
ordinary type. Dr. Dana was very much indisposed to ad¬ 
mit that there are freaks in pathology. . He thought if the 
dates were carefully sifted we generally find that apparently 
curious disorders really belong to familiar types. It is a 
question in a case in which the progressive atrophy had last¬ 
ed so long, been so extreme, and where the muscles had un¬ 
dergone complete degeneration, whether the degeneration of 
the nerves was not simply secondary and natural to this ex¬ 
cessive loss of muscular tissue. We know that when there is 
extreme atrophy of muscles of long standing, the nerves as¬ 
sociated with them die, and there is a condition like degener- 
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ative neuritis. If Dr. Collins could prove his contention Dr. 
Dana thought it was a case of extreme importance because it 
established a type of progressive muscular atrophy which is 
almost a new one. 

Dr. T. Diller said that in regard to the two boys Dr. 
Knapp showed, he was very much struck with the force of the 
grasp of both of them; and this callel to his mind a patient 
suffering from progressive muscular distrophy whom he had 
under observation for a number of years. Only a short time 
ago he went to see him again and found him in an extreme 
condition of helplessness; but upon testing the grasp of both 
of his hands he was not a little surprised to find it was almost 
as much as we would have expected in a normal boy of his 
age—seventeen or eighteen. It seemed to Dr. Diller a very 
striking thing how this selection of the atrophy will persist 
almost to the very end. 

Dr. H. M. Thomas referred briefly to a case under obser¬ 
vation, a case that recalled to his mind the criticism Dr. Spil- 
ler made of the two cases of congenital bilateral facial paraly¬ 
sis Dr. Thomas had reported to the society. This case is a 
young woman twenty-two years old, who, as far as he knew, 
had a perfectly normal family and personal history up to two 
years ago, when she noticed slight difficulty in speaking and 
difficulty in whistling. These symptoms progressed very 
gradually. He examined her in February of this year. She 
then showed the picture of a normal girl except that upon ex¬ 
amination while she was able to raise and contract the eye¬ 
brows, could elevate the upper lip, could retract the corners 
of the mouth to some extent, she was unable to close the 
eyes or pucker the lips; she could not whistle or do any 
movements requiring the action of the orbicularis oris. Her 
speech was slightly nasal, the pharyngeal muscles being some¬ 
what weak. The only other muscular weakness was in those 
muscles which hold the head forward. The symptoms were 
perfectly constant; there was no marked variation from day 
to day. There was decreased electrical excitability in these 
muscles; there was no sensory disturbance. The case had 
interested Dr. Thomas very much. He believed it to be one of 
progressive muscular dystrophy of the infantile type begin¬ 
ning late in life. 

Dr. P. C. Knapp said that Dr. Thomas had referred to a 
case of congenital facial paralysis which Dr. Knapp had 
hoped to show. If he might put the case on record it 
was a young woman, twenty-nine, who came to the hospital, 
a native of Cape Breton, uneducated, unable to tell very 
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much of her early history. The story was that when her 
mother was confined she was unattended, and the child fell 
upon the floor and was found lying face down. The child is 
reported never to have closed her eyes or her mouth. She 
came to the hospital with a paralysis of all the muscles upon 
both sides supplied by the facial nerve, total and complete. 
She could cover the cornea by raising her eyes, the palpebral 
fissure was three-eighths to one-half inch in width, there was. 
surprisingly little conjunctivitis; there was a little movement 
of the muscle wliich drew the corner of the mouth outwards 
and downwards on the right, and a quiver of those muscles 
pn the left. No reaction was obtained to either current with 
fairly strong current. A very marked wasting of all the fa¬ 
cial muscles existed, so that all the outlines of the face were 
like those of a person in the last stages of emaciation. The 
ocular muscles and muscles of mastication were perfectly 
normal. Speech was defective from the failure to pronounce 
the labials. No disturbances of taste were discoverable. 
There were ordinary disturbances of hearing, air conduction 
being better than bone, although the scale of hearing was not 
at the time tested. The paralysis had existed ever since she 
could remember. She was twenty-nine, an ignorant domestic. 
Dr. Knapp had hoped to get her here today to show her. 

Dr. Dercum had suggested that the patient Dr. Knapp 
showed with the very marked muscular atrophy might pos¬ 
sibly have been a case of neuro-tabes. In a paper read be¬ 
fore this society two or three years ago Dr. Knapp depicted 
his sensory disturbances. There was a sensory disturbance 
of pain and tactile sensibility such as he had drawn—a typi¬ 
cal tabetic disturbance upon the chest. In addition to that 
the unequal pupils and Argyll-Robertson pupils were much 
more suggestive of true tabes than of neuro-tabes. 

Dr. J. Collins said he was very loath to maintain that the 
progressive muscular atrophy in this case was dependent up¬ 
on the lesions so far found in the nerves and in the muscles. 
Of course he made 'the diagnosis of progressive muscular 
atrophy,of spinal origin plus tabes, and he hoped still that he 
should be able to find sufficient change in the ventral cells to 
substantiate that diagnosis. So far candor necessitated him 
to say that they have not been found despite the careful ex¬ 
amination. That there was an interstitial neuritis and myositis 
upon which lesion the atrophy might possibly have depended, 
could not be denied. 

Dr. Collins hoped that eventually he should be able to 
show that both motor neurones, the peripheral and central 
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motor neurones, were degenerated more at the peripheral than 
at the central end, the degeneration at the periphery going 
hand in hand with the trophic changes in the muscles. He 
wanted to put the case on record this year but he had not 
finished with it, therefore he was not yet quite ready to inter¬ 
pret the pathological findings in connection with the clinical 
history. 

Dr. J. J. Putnam put on record in the transactions two 
cases of facial atrophy very similar to those referred to by 
Dr. Knapp and Dr. Thomas. 



